which vary in size but never disappear and which closely resemble those of previously described cases of Sjogren's syndrome. Pus cannot be expressed from the parotid ducts, so excluding primary chronic bacterial parotitis. Parotid enlargement due to sarcoid is also excluded as she does not have other features of the disease and the Kveim test is negative (Greenberg et al. 1964) . Differentiation from Mikulicz's disease is unnecessary as it is now established that this is one manifestation of Sjogren's syndrome (Morgan 1954) .
The age and sex distribution of this condition is approximately that of adult rheumatoid arthritis. Apart from one boy of 15 years with submaxillary gland swelling following rheumatic fever five years before (Morgan & Castleman 1953) Both twins resuscitated by intubation and endotracheal oxygen. Placenta uniovular. Subsequent physical examination showed no abnormalities.
Progress: Normal until 36 hours old, when cyanotic attacks developed in both, associated with hypertonicity and generalized twitching. Cerebral irritation was diagnosed and sedation given. No further cyanotic attacks, but twitching continued intermittently. Electrolytes normal; blood glucose 65, plasma calcium 9 7 mg/100 ml; CSF and skull X-rays normal.
On the 4th day Twin 1, and subsequently both twins together at intervals of two to three weeks, had sudden episodes of collapse characterized by waxy pallor, extreme limpness, sweating, irregular respiration, tachycardia and abdominal distension. Within two to three hours of the onset of each attack there was marked hyperglycemia (blood glucose up to 400 mg/100 ml) which disappeared within four to six hours. Clinical improvement began after about four hours and was always heralded by the passage of urine containing glucose. Recovery was complete in two to four days. Throughout each attack the blood pressures were normal and between attacks the blood glucose was normal. The episodes seemed unrelated to diet.
Intermittent twitching unassociated with attacks continued, becoming worse, and it was apparent that both children were extremely retarded. In the resting state they were pink, rather bloated babies, though with no demonstrable cedema, with no awareness of surroundings and very little, if any, normal motor activity.
Investigations
Intravenous glucose tolerance, intravenous glucagon, insulin sensitivity and adrenaline sensitivity tests were performed by the methods of Cornblath et al. (1963) . Glucose tolerance tests showed a very rapid fall in blood glucose from the initial high level; k value' equalled 5 8 and 5-3 (Fig 1) .
Glucagon tests gave normal responses. Insulin sensitivity tests produced a rapid fall in the blood glucose to levels of less than 10 mg/100 ml (Fig 2) . Adrenaline sensitivity tests provoked a normal response in Twin 2, but in Twin 1 the blood glucose rose rapidly to a level of 325 mg/100 ml and was associated, after forty-five minutes, with a typical collapse episode (arrowed, Fig 3) .
Biological pressor amine excretion was increased during a period of collapse, as compared with the resting values (Table 1) . Catechol amine excretion was also increased during a collapse when compared with the resting state and with control values in normal babies of similar age collected at the same time (Table 1) .
EEGs in the resting state were grossly abnormal, with much spike activity, and, in Twin 2, becoming more frequent and less definable, one often merging into the next. There were varying degrees of pallor and abdominal distension with occasional apnceic episodes. Glycosuria occurred sporadically. The twitching increased and was difficult to control effectively. Both twins died within a short time of each other at the age of 5 months. At post-mortem the only relevant macroscopic finding was a small brain with micropolygyria in each. Histology is not yet available.
Comment
That the hyperglyciemia was not the cause of these attacks but merely an accompanying feature was demonstrated when, during the course of the various investigations, high levels of blood glucose were reached unassociated with any symptoms. A similar argument can be applied in the case of the hypoglycwemia (vide insulin sensitivity test). This latter test and the intravenous glucose tolerance test show an increased sensitivity to insulin, an effect also demonstrated in the mother. The absence of hypertension at any time largely contraindicated a diagnosis of phovochromocytoma, and none was found at postmortem.
Hyperglycemia is well recognized in many cerebral conditions such as trauma, subarachnoid hemorrhage and tumours, but it is suggested here that the clinical picture of pallor, abdominal distension, tachycardia and sweating may be due to overactivity of the sympathetic autonomic nervous system. This view is to some extent sustained by the increased adrenaline metabolites found in the urine during the first twelve hours of a collapse period, and during the terminal phase, as compared with excretion in the resting state. The tachycardia and normotension would suggest an adrenaline rather than a noradrenaline effect.
Micropolygyria has been associated with fits and severe mental retardation, but, as far as we are aware, the picture of what appears to be episodic sympathetic autonomic overactivity has not been described.
It is of interest that adrenaline injected into the subarachnoid space in man 'produces no rise in blood pressure, but a great rise in blood sugar' (McCulloch 1964) .
Dr Vincent Marks said it was impossible on the evidence to establish that adrenaline released during an 'autonomic fit' was causally related to the hyperglycaemia observed in these twins. However, it was made extremely likely by the constant association of hyperglycemia and glycosuria with increased catechol amine excretion, both when compared with basal excretion rates in the infants themselves and with normal controls; by the known ability of minute amounts of adrenaline to produce comparable degrees of hyperglycemia in infants (Kinsboume & Woolf -1959, Arch. Dis. Childh. 34, 166) and its demonstration in one of these children; and, finally, by the absence of any other known physiological mechanism adequate to account for such rapid and profound changes in blood glucose concentration.
Dr J A Black asked whether an estimation of the level of blood pyruvic acid had been done, as this was raised in beri-beri; and whether the effect of giving thiamine had been tried. These cases were somewhat similar to two children, whom he had seen at another hospital, in whom the levels of pyruvic acid had been high but had not responded to thiamine. Dr Wyatt replied that neither of these had been done.
Hamman-Rich Syndrome with Encephalitis, Hepatosplenomegaly, Anemia and Thrombocytopenia H J Liebeschuetz MRCP (for N R Butler MD MRCP) G P, girl, born 16.7.58 Healthy until aged 1 year 7 months. She then developed a chest infection associated with anmmia, purpura and hepatosplenomegaly. Investigations: Hb 5 g/100 ml, reticulocytes 5%, WBC 8,000, platelets 92,000 per c.mm. ESR10 mm in 1 hr (Wintrobe). Bone marrow hypercellular but otherwise normal. Percutaneous trans-splenic venograph normal.
As hypersplenism was suspected the spleen was removed (Mr D A Waterston). Histologically normal.
Following this, the platelet count became permanently elevated at 300,000-700,000 per c.mm; WBC 20,000-40,000 with 20 % monocytes. Apart from developing transient arthritis on two occasions, she remained well until aged 3 years 6 months.
She then presented with measles, and having recovered 'from this was found to have signs of chronic lung disease. Investigations: Chest X-ray showed segmental collapse and consolidation in both lower zones. Lung biopsy (Dr B Ockenden, Dr L Reid): alveolar walls thickened, mainly due to increase in reticulin and dilated capillaries. Small amount of collagen. Several collections of lymphoid tissue are also present. Appearances are those of interstitial pulmonary fibrosis, Hamman-Rich syndrome.
Her condition remained unchanged until March 1964 when she was aged 5 years 9 months. Two weeks after fracturing her right elbow she developed vomiting, severe headache and anorexia over the course of two days. On examination: Drowsy, ill child. Bilateral papillcedema, with retinal heemorrhages and exudates. No localizing neurological signs. Chest: rales at both bases.
She gradually recovered after ventricular drainage but was now found to be blind with bilateral optic disc atrophy, thought to be due to cerebro-macular degeneration.
Investigations: CSF protein 70 mg/100 ml; no cells. Chest X-ray (Fig 1) : widespread patchy shadowing more marked on right; some pleural shadowing in right phrenic angle. Repeat lung biopsy was similar to the previous biopsy but more fibrosis and more marked infiltration with mononuclear cells. Renal, muscle and skin
